A case of Gorlin's syndrome (the basal cell naevus syndrome) is reported, who presented with an abdominal cyst of a type which has not previously been described in this syndrome.
Case report
A 75-year-old woman presented with a year's history of intermittent epigastric discomfort, vomiting and abdominal distension. The symptoms had become more severe three days prior to admission, but there had been no evidence of pancreatitis nor had there been a history of trauma.
She originally presented in 1937 with multiple basal cell carcinomata mainly affecting the face and scalp. These have required numerous courses of radiotherapy and many local excisions. As a result she has needed plastic and reconstructive surgery, particularly around the eyes with a forehead flap to the bridge of the nose.
She was found to have odontogenic cysts and ultimately had a partial mandibulectomy in 1973. In 1981, excision biopsy of an ulcerating lesion on the inner lower lip showed an incompletely excised adenoid cystic carcinoma of the salivary gland. This was treated with radiotherapy and there has been no recurrence.
The skull radiograph now demonstrates lamellar calcification of the falx cerebri and dura with calcification of the petroclinoid ligament ( Figure 1 ). She has frontal and temperoparietal bossing, a broad nasal root and ocular hypertelorism, and has developed palmar pitting and bilateral cataracts, one of which has been removed. There is a calcific opacity on her abdominal radiograph lying within the pelvis which may be ovarian.
Her mother had multiple facial basal cell carcinomas. One of her sons had frontal bossing and dental cysts, but it is not known whether his death from chronic renal failure in association with renal cysts was related to the syndrome.
On this admission there was abdominal distension with a tender mass in the right upper quadrant about 10cm in diameter. The serum 'Case presented to the Clinical Section, 11 May 1984.
Accepted 16 October 1984 amylase was never outside the normal range. The white blood count was 14.8 x 109/1, but no other abnormality was found in the haematological and biochemical investigations. The clinical differential diagnosis included empyema of the gallbladder and gastric outlet obstruction.
Real-time ultrasound scanning showed a large cyst contiguous to the head and body of the pancreas, displacing the body of the stomach laterally and anteriorly. The appearances of the gallbladder, biliary tree, liver and underlying pancreas were normal.
To delineate the cyst and help to establish its organ of origin, a radiographic contrast agent (meglumine iothalamate 280 mg/ml) was injected into the cyst under combined ultrasonic and radiographic screening ( Figure 2 ). The cyst did not extend into the lesser sac and was bounded laterally by the second part of the duodenum. The cyst was punctured and drained through a 7 Fr pigtail catheter. The catheter puncture site and track were established after ultrasound examination in order to avoid traversing intestine or stomach. Subsequently, 1200 ml of straw-coloured fluid were aspirated and the system left on continuous drainage.
Cytological examination of the aspirate showed tall columnar epithelial cells, macrophages and mucin-secreting cells but no malignant cells and no lymph. Culture of the fluid was negative and the amylase content of the fluid was less than 35 iu/l (i.e. not elevated). Her pain resolved immediately but there was persistent drainage of approximately 50 ml of fluid daily. Therefore after six days, 500 mg of tetracycline in 20 ml of normal saline were introduced through the drainage catheter in an attempt to obliterate the remaining cystic space. This agent has proved useful in preventing the recurrence of pleural effusions, and it was felt, therefore, that it might be useful here. There were no complications but subsequent ultrasound scans over the course of six months' follow up have shown a gradual reaccumulation of fluid ( Figure  3 ) and mild symptoms are beginning to re-emerge.
Discussion
Gorlin's syndrome is a rare autosomal dominant disorder with high penetrance and variable expression (Fitzpatrick & Thompson 1982) characterized by multiple basal cell carcinomata of the skin, dentigerous cysts and skeletal anomalies. It was first described by Howell & Caro (1959) and by Gorlin & Goltz (1960) . Subsequent reports have defined additional characteristics as listed in Table 1 (Fitzpatrick & Thompson 1982 , Gorlin & Sedano 1971 , Murphy & Temer 1982 , Rater et al. 1968 ).
Intra-abdominal cysts have occasionally been described in Gorlin's syndrome (Glendenning et al. 1964 ) but these have always been lymphomesenteric, which is not the case here. There was no clinical nor ultrasonographic evidence for a diagnosis of pancreatic pseudocyst. It is concluded AW IVCA0 Figure 3 . Transverse ultrasound scan of abdomen (left) and diagrammatic representation (right). AW =abdominal wall; L = left lobe of liver; C = cyst; SV= splenic vein; SMA = superior mesenteric artery; IVC =inferior vena cava; A = aorta; S = spine from the cytological features that this cyst has an epithelial lining, as do the bone cysts in this syndrome. An epithelial lining would be seen in a true pancreatic cyst, but the ultrasound examination showed that it did not originate from within the pancreas. The aspiration samples were acquired once the needle tip was established within the cyst and no bowel was traversed during the procedure. It is most unlikely, therefore, that any contamination of the aspirate by gut columnar epithelium could have occurred. Histological sampling of the cyst wall by percutaneous biopsy or by an open approach was not felt justified. We believe that the cyst is an enterogenous cyst arising spontaneously and separately from the bowel. As far as we are aware, such cysts have not previously been described in Gorlin's syndrome. Reaccumulation offluid may have resulted from the failure of complete drainage originally, with consequent lack of opposition of the cyst walls. If symptoms become a problem we aim to repeat the aspiration and instillation, but should this fail a direct approach to marsupialize the cyst may be required.
There is variable expression of many of the features of Gorlin's syndrome and while the main ones occur in most cases, many of the numerous associated abnormalities are rare. This type of intra-abdominal cyst may be an unusual constituent of the syndrome, and in this patient proved responsible for significant symptoms.
